Desmoid tumors are invasive and aggressive deep fibromatosis rare in children. They occur in muscles, their sheaths and fasciae. Medical imaging (CT and MRI) can suggest the diagnosis, guide the therapeutic management and the follow-up. We report a pediatric case of desmoid tumor of the pelvis through which we describe the clinical and radiological appearance of these tumors in children.
Introduction
Desmoid tumors are aggressive, deep fibromatosis, rare in children, they occur in muscles, their sheaths and fasciae [1] [2] . Medical imaging (CT and MRI) can suggest the diagnosis, guide the therapeutic management and the follow-up. We report a pediatric case of desmoid tumor of the pelvis through which we describe the clinical and radiological appearance of these tumors in children.
Patient and Observation
Our patient is an 8-year-old child, with no particular medical history, admitted for pelvic mass, pain of the rights iliac fossa and the flank of progressive onset.
The clinical examination found a painless pelvic mass fixed on the deep tissue and a sensitivity of the right flank. Open Access Library Journal Ultrasonography, performed firstly, showed a large pelvic mass lateralized toward the right, ill-defined, of heterogeneous echogenicity, vascularized at Color Doppler Imaging in places, associated with a moderate dilatation of the right excretory cavities.
In CT the tumor appeared quite well limited, measuring approximately 12 × 7 cm, isodense compared to muscle, heterogeneous, enhanced by the contrast, adherent to the digestive loops and the right external iliac vessels. It strangles the right ureter, also infiltrates the transverse muscle, compresses and represses nearby structures, especially the bladder (Figure 1 
Discussion
Desmoid tumors are aggressive, deep fibromatosis occur in muscles and/or their sheaths and fasciae. It is a proliferation of fibroblastic tissue, infiltrating, non-metastatic but recurrent [1] [2] .
The intra-abdominal form accounts for 5% to 7% of these tumors in children [3] [4] . The pelvic localization is a variety.
These desmoid tumors are frequently sporadic or may be associated with some genetic diseases such as familial adenomatous polyposis [5] . They can occur at any age in children with a peak between 5 years and 8 years [6] . The scarcity of intra-abdominal localization in children less than 10 years of age means that these tumors are underdiagnosed [1] .
A female predominance was noted for pelvic localization [1] . The hypothesis of the link between tumor growth and endogenous estrogen levels seems not to be applicable in our case, since our patient is a male child. Clinically, these tumors progressively increase in size and can remain asymptomatic for a long time. They can be revealed by symptoms and complications of a mechanical nature (a hydroureteronephrosis, an occlusive syndrome, a deep vein thrombo-sis…).
Radiological exploration, based mainly on CT and MRI, makes it easy to discuss the diagnosis.
Ultrasound is usually done as a first intention imaging. It does not allow providing specific signs to make the diagnosis, but allows locating the tumor, which appears as a tissular mass hypoor hyper echogenic, well or poorly defined [7] ; it allows appreciating its connections with neighboring organs, searching for other deep localizations and guiding a percutaneous puncture-biopsy. It is particularly useful for the early detection of tumor recurrence, and can be performed as well for the follow-up of the already operated patients [8] .
CT is the test of choice to discuss the diagnosis of intra-abdominal desmoid tumors [2] [9] . It assesses tumor borders and connections better, looks for complications and shows differential diagnosis with other tumors. The CT appearance of desmoid tumors varies according to their composition. The lesion may appear hypo-, iso-or hyper-dense compared to muscular tissue, with or without an enhancement after injection of the contrast agent [9] .
MRI remains the test of choice. It allows a more precise analysis of the lesion and a better study of the connections. It also makes it possible to differentiate post-therapeutic remaining from tumor recurrence [9] . The tumor appears as a generally infiltrating mass, with lobulated or sometimes irregular borders, in iso or homogeneous hyposignal T1 and often in hypersignal T2. The contrast enhancement is heterogeneous after gadolinium injection. The presence of hyposignal bands, related to collagen bundles, on all sequences is very characteristic [9] .
Despite their benign character, these tumors behave aggressively locally with a high recurrence rate of approximately 25% -65% [10] . This is the case of our pa-tient, where the tumor surrounded the right ureter. Therefore, a diameter greater than 10 cm, an invasion of the small intestine and bilateral hydroureteronephrosis are factors of poor prognosis [9] .
The diagnosis of certainty remains histological and immunohistochemical [1] .
Treatment of desmoid tumors of the pelvis often requires a multidisciplinary approach [6] . It remains poorly defined in children. Surgery should be proposed as first-line for localized tumors for complete resection [6] . For so-called "stable" non-evolutionary and uncomplicated forms, simple monitoring can be done initially [6] . As for forms that are ineradicable or at high surgical risk, first-line chemotherapy should be discussed.
Conclusion
Desmoid tumors of the pelvis are very rare in children and their diagnosis should be considered in front any progressive pelvic mass. CT is the best of choice to suggest the diagnosis of these tumors [2] [9] , but MRI allows better exploration and better pre-and postoperative analysis.
